The destructive granulomatous syndrome first described in detail by F. Wegener in 1936 and 19391 2 consists of three features: necrotizing, granulomatous lesions of the respiratorv tract; generalized focal necrotizing vasculitis; and necrotizing glomerulitis.3 The respiratory lesions usually affect the upper air passages, especially the nose and the paranasal sinuses. There is persistent purulent rhinorrhoea, epistaxis, and nasal obstruction succeeded by extensive destruction of the soft tissue, cartilage, and bone of the nose and palate. Great mutilation of the face and eyes may ensue. Sometimes the ears, mouth, larynx, and trachea are also affected. Disease of the lungs is less often a primary event, but is common later in the course of the disease. There is persistent cough, haemoptysis, and pleural pain, and the lung contains areas of consolidation associated with parenchymal destruction. As the condition proceeds there is a considerable constitutional reaction, and remittent fever is a noteworthy accompaniment. Proteinuria and haematuria herald the progressive renal failure that terminates in uraemia, which is the cause of death.3 Histologically the lesions in the respiratory tract consist of severe inflammation of the mucosa and submucosa with extensive necrosis and ulceration. There is also a reparative process, with the formation of exuberant granulation tissue containing many of the cells of chronic inflammation such as lymphocytes, plasma cells, neutrophil and eosinophil leucocytes, and especially giant cells of both the foreign body and the Langhans type. The pulmonary lesions are circumscribed masses of similar necrotizing granulation tissue, and they are of firm, rubbery consistency resembling white infarcts. A prominent feature of all these lesions is a patchy necrotizing angiitis affecting especially the smaller arteries and veins. A similar necrotizing vasculitis is found in other organs such as the spleen and kidneys, where it may form the basis of granulomatoUs masses of necrotic tissue. Finally, there is a widespread inflammation of the glcmeruli. with fibrinoid necrosis and later proliferation of the capsular epithelium and capsular adhesions.
Wegener's granulomatosis is rare, only 138 unequivocal cases having been reported by 1967.4 The victims are usually young or middle-aged adults of either sex who have been previously healthy, and in the great majority of cases death occurs in from one to five months. A few patients survive several years, especially if adrenal steroids are given in the early stages before severe renal damage has occurred. More recently, limited forms of the disease have been noted. Thus C. B. Carrington and A. A. Liebow described 16 cases with prominent pulmonary lesions but with absent or limited manifestations elsewhere. Of these, eight were still alive, two died of unrelated causes, and six succumbed to vascular accompaniments of the syndrome.5 H. Pambakian and J. R. Tighe have described two women with Wegener's granulomatosis in which lesions in the breast were prominent.6 In one woman a granulomatous mass in the breast was the presenting feature and this was followed by a similar mass in the thigh. Soon there was evidence of laryngeal and tracheal disease, and death occurred from uraemia and pneumonia seven months after the onset of the disease. The other woman developed the breast lesion in the course of the disease, which started with aural manifestations and proceeded with nasal and pulmonary involvement. She was still alive after two years, having been treated with prednisone, and there was no evidence of renal disease.
The aetiology of Wegener's granuJomatosis is unknown. Its microscopical features suggest a close relationship with polyarteritis nodosa, itself a disease of unknown aetiology though usually attributed to hypersensitivity or autoimmunity. Classical polyarteritis nodosa affects medium-sized arteries and gives rise to widespread visceral infarction after the affected vessels have become occluded by thrombosis or reparative fibrosis. There is a variant called microscopical polyarteritis, which affects the smaller blood vessels, producing areas of vascular necrosis surrounded by a profuse inflammatory reaction, but there are no large necrotizing granulomata.7 Probably, therefore, Wegener's granulomatosis is closely related to polyarteritis but is a separate disease. It should always be borne in mind in the differential diagnosis of progressive necrotizing granulomatous processes occurring anywhere in the body-and especially in the respiratory tract-where no infective agent can be incriminated.8 9
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